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Abstract 



Kawasaki disease (KD) is an acute vasculitis syndrome of unknown etiology. It occurs in infants and young children, 
affecting mainly small and medium-sized arteries, particularly the coronary arteries. Generalized microvasculitis occurs in 
the first 10 days, and the inflammation persists in the walls of medium and small arteries, especially the coronary arteries, 
and changes to coronary artery aneurysms. 

We report the case of a 1 0-month-old girl referred to our center three months after the onset of disease due to the aneurysms 
of the coronary arteries. During the acute phase of her illness, she received 2 gr/kg intravenous gamma globulin; and after 
her referral to us, the patient was treated by antiaggregant doses of acetyls alicylic acid (ASA) (5 mg/kg) and Warfarin (1 mg/ 
daily). At three months 'follow-up, the aneurysms still persisted in the echocardiogram. 
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Introduction 

Kawasaki disease (KD), first described in Japan in 1967 
by Kawasaki, is an acute vasculitis syndrome of unknown 
etiology occurring in infants and young children and affecting 
mainly small and medium-sized arteries, particularly the 
coronary arteries. Eighty percent of the patients are younger 
than 5 years of age and boys are more susceptible than girls 
with a ratio of approximately 1.5:1.' The disease occurs 
most frequently in winter and spring. Young infants have the 
highest rate of coronary artery aneurysm formation and often 
exhibit incomplete clinical presentations. 1 Giant coronary 



artery aneurysms (internal diameters > 8mm) are seen in 
0.5% to 1% of adequately treated patients. 2, 3 Incomplete 
cases are most frequent in infants, who unfortunately also 
have the highest likelihood of developing coronary disease. 4 

Case Report 

A 10-month-old girl referred to our center three months 
after the onset of acute disease (her parents described an 
acute phase with a fever of 10 days' duration). During the 
acute phase of her illness, she had a polymorphous exanthema 
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with perianal desquamation, a bilateral bulbar conjunctival 
injection, and changes in lips and oral cavity mucosa. She 
received 2 gr/kg intravenous gamma globulin (IVIG); and 
once more, the IVIG infusion caused a persistent fever. In 
follow-up by echocardiography, she had aneurysms of the 
coronary arteries and was therefore referred to our center. 
Echocardiographic examination demonstrated multiple 
aneurysms and diffuse dilatation of the coronary arteries 
(Figure 1). 




Figure 1. Short-axis parasternal echocardiography demonstrating diffuse 

dilatation of the coronary arteries (arrows) 

LCA, Left coronary artery; RCA, Right coronary artery 

No impairment of the left ventricular function was found. 
The standard twelve-lead electrocardiogram showed no 
ischemia or dysrhythmias. The coronary angiograms showed 
diffuse segmented aneurysms (resembling beads on a string) 
of the right coronary artery and left anterior descending artery 
from the ostium to the distal segment (Figures 2 & 3). 




Figure 2. Segmented aneurysms of the left coronary artery (LCA) and right 
coronary artery (RCA) in angiogram (arrows) 




Figure 3. Segmented aneurysms in the right coronary artrey (RCA) and dila- 
tation in the left coronary artery (LCA) in angiogram (arrows) 



The patient was treated by antiaggregant doses of ASA 
(5 mg/kg) and Warfarin (1 mg/daily). At this point, she was 
followed up via echocardiography. At three months' follow- 
up, the aneurysms still persisted in the echocardiogram 
without any new complications such as thrombosis, 
ventricular dysfunction, and myocardial infarction. 

Discussion 

KD is an acute febrile vasculitis of unknown etiology, 
although an infectious or toxic triggering agent is suspected 
by some authors. Its incidence presents regional variations 
that oscillate between 108 in 100,000 children younger than 
5 years of age in Japan and 10 in 100,000 children younger 
than 5 years old in the United States. 5 The acute phase of 
KD usually starts with upper respiratory or gastrointestinal 
prodromal symptoms. It is followed by an abrupt onset 
of high fever, accompanied by skin rash, conjunctival 
injection, reddening and Assuring of lips, erythema of the 
buccal mucosa, strawberry tongue, nonsuppurative cervical 
lymphadenitis, and erythema and edema of the hands and 
feet. 1 ASA and IVIG should be started within 10 days from 
fever onset in order to prevent coronary involvement. 

Overall, 2%-6% of children with KD treated with IVIG 
develop coronary artery disease; it tends to increase to 20%- 
30% in patients who do not receive IVIG. Giant coronary 
artery aneurysms are seen in 0.5% to 1% of adequately 
treated patients. Unfortunately, if the diagnosis is not 
established and treatment is not instituted, some patients 
may suffer sudden death secondary to myocardial infarction 
or coronary aneurysm rupture, or may develop serious 
asymptomatic coronary disease that is unrecognized until 
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the symptoms of myocardial ischemia develop later in life. 4 
The prevalence of coronary aneurysms is higher in infants 
less than 12 months old. Shulman et al. 6 reported that about 
50% of coronary abnormalities regress within 5 years. At 
three months' follow-up via echocardiography, our patient's 
aneurysms were still persistent in size. 
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